Eleven families with Noonan syndrome in either two or three generations have been identified. Following the reports of subjects with features of both Noonan syndrome and neurofibromatosis type 1, these pedigrees have been studied using a number of probes at the neurofibromatosis type 1 locus (17q11). A significantly negative lod score was obtained with the intragenic probe NF1-C2, suggesting that the genes for Noonan syndrome and neurofibromatosis type 1 are not contiguous.
Noonan syndrome is a condition characterised by short stature, dysmorphic facies, and congenital heart disease. Following the original paper by Noonan and Ehmke,l it has been recognised that Noonan syndrome is a major cause of congenital heart disease, and is inherited as an autosomal dominant trait.2 The Noonan syndrome phenotype becomes less obvious with age,3 and clear familial transmission can be established in only a proportion of cases. 4 In other families, Noonan syndrome in the child may arise either as the result of a new mutation or be inherited from an affected parent. Because of the variability of the adult phenotype, it is very difficult to discriminate between these possibilities in a proportion of families attending for genetic counselling. The localisation and subsequent cloning of the gene for Noonan syndrome would be of great benefit both for providing genetic counselling to families, and to aid understanding of the pathogenesis of the condition. 
